BENH CO TIM THAT TRAI KHONG DONG DAC
(CO TIM XOP)
NHAN MOT TRUONG HOP LAM SANG

(Isolated left ventricular noncompaction)

TS Pham H{ru Van
ThS Nguyén Tan Khang
ThS Hoang Céng Buwong



- Bénh co tim that trai khong dong dic (noncompaction) hay
con goi la bénh co tim thé x0p la mot bénh con it nd1 dén ¢
VN

- Trong HO1 Nghi Tim Mach Toan Quéc vira mo1 day, mot
GS nguo1 Ptrc ¢6 mot bai tong quan vé bénh nay

- Khi d6 chung to1 da gap mot BN thé bénh nay va da duoc
xtr 1y chuan, nhung chua c6 dip duge tham luan va gioi
thi€u

- Trong budi hém nay chiing toi xin dugc phép trinh bay vé
bénh nay



LAM SANG
BN: N V H, nam, SN 1957. Tra quan: Cu Chi, tp HCM

Nhap vién 05/09/2008

Ly do vao vién: Ngat nhiéu lan

Bénh str: Nam 2007 duoc chan doan THAIIIc, nhdi mau
ndo gy yéu % ngudi trai dang diéu tri Zestril, ASA,
Atorvastatin, ISDN.

- BN dot ngot ngét 3 lan. Lan 3 da niém mac nhot nhat,
nging thd. Khong bat duge mach, gia dinh cap ciru bop tim
ngoai long nguc tham chi dung chan dé bop tim. Sau 15
phut cap ciu tim dap tré lai — cap ctru 6 BV 115 — khoa

nhip tim trong tinh trang tinh tao, khong kho th¢o, mach
cham déu




Tién sir
- G1ao vién khoe manh
- G1a dinh khong a1 ¢6 tri¢u ching tuong tu
Lam sang
- Tinh mach co khong noi, khong phu, phoi khong co rales
- Nhip tim déu, cham
- Dién tim khong to, khong ghi nhan tiéng thoi

- Yéu nhe chén P, strc co 4/5



Can lam sang

- Pién giai d6: Na* 142mmol/L;K* 3.7 mmol/L; CI- 102
mmol/L

- Lipid: TC 107 mg/dL, HDL 42 mg/dL, LDL 36mg/dL,
TG 78 mg/dL

- Enzyme: Tnl 0.09ng/mL, CKMB 22 U/L, AST 27
U/L, ALT 29U/L

- ECG: Nhip xoang cham, Song T (-)/DILDIII, aVF va
V3-V6, QT dai1 (QTc=0.5)
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- CT scanner so ndo: Di chirng nh61 mdu nao cii vung cham va
thuy dao, nhan dau T




- SAT: LVDd 47mm, EF 71%, giam dong vung moém that T, ghi
nhan nhi€u cot co, co be day, ti 1€ cot co/thanh that =2.3







- X quang nguc thang: trong gidi han binh thuong




- MRI tim: hinh 4nh bénh that
tra1 khong dong dac, tap trung ¢
thanh bén, ti 1€ co tim khong dong
dac/ co tim dong dac > 2

Chan do4n:

Bénh co tim that trai khong
déng dac (x6p) co bién chung
ngét va dot quy néo.




Dién bién
BN dugc dieu tr1 vol e ch€ men chuyén, 1¢1 tieu, chong két
tap ti€u cau, khang dong

Ngay 14.10.2008 bénh nhan dugc cay ICD 2 buodng

EP test, pacing va shock tao VF (shock on T) khong thanh
cong

Chuyén sang phuong thtc burn: Gay dugc VF

Pha VF & mtic 10j that bai, tu dong ting 15j thanh cong






Ban luan:
- Pay 1a trudng hop bénh that trai khong dong dic hiém,
lan dau tién ghi nhan ta1 BV Nhan Dan 115

- Vé LS, bénh that trai khong dong dac co thé tir khong
cO tricu chirng dén bi€u hién 1am sang suy tim, loan nhip
that va nhi, tac mach va dot tu

- BN nay, bi¢u hién dau tién la bi€n c6 tac mach hoi
phuc nhanh khac vé1 bénh canh nhd1 mau nao do bénh mach
mau nao

- Biéu hién loan nhip that gay ngat duoc cap ciru kip
thoi bang ¢ép tim ngoai 1ong nguc



- S1€u am tim qua thanh nguc go1 y chan doan vo1 phan
co tim xXOp ¢0 nhi€u cOt co va cac ngach sau ¢ thanh bén va
mom

+ Ti 1€ co tim khong dong dac / co tim dong dac > 2:1

- Cong hu’(mg tu la phuong tién khong xam nhap ¢o gia
tri chan doan v6i hinh anh dién hinh

- Pay la bénh chan doan khong kho nhung dé bo sot
hoidc chan doan nham do LS da dang, khong dac hi¢u va
thuong khong nghi dén dé tam soat

- Bénh ¢6 ti 1€ bién chimg cao nén can phat hién sém,
di€u tr1 va can thi€p co thé giam ti 1€ tir vong.



TONG QUAN VE BENH CO TIM KHONG DONG DAC
Dac trung bang cac dac tinh sau :

- Thanh that co tim duogc thay thé bang cac co bé chiém
uu thé va cac ngach giira cac co be sau (hoc: deep
Intertrabecular recesses)

- C6 thé do nging doéng dic cla cac mat sang xen vao
nhau khdng chat (loose interwoven meshwork) do hinh
thanh mam dau ti€n co tim thai nhi

- Két qua 1a co tim bi day 1én bang hai 16p gdom c6 co
tim dong dac (chirc nang co bop) va khong dong dac (cac
cot co)

Maron, BJ, Towbin, JA, Thiene, G, et al. Contemporary definitions and classification of the cardiomyopathies:
an American Heart Association Scientific Statement from the Council on Clinical Cardiology, Heart Failure
and Transplantation Committee; Quality of Care and Outcomes Research and Functional Genomics and
Translational Biology Interdisciplinary Working Groups; and Council on Epidemiology and Prevention.
Circulation 2006; 113:1807.



- Tinh lién tuc giita khoang that trai va cac ngach
gilra cac co be sau, do day mau tu khoang that

+ Khong c6 bang chtimg vé su luu thong dén hé
dong mach vanh thuong tam mac

- Du trit dong mau dong mach vanh bi giam, khi
danh gia bang PET, nhan thay ¢ phan 16n co bat
thuwong chuyén dong thanh

Jenni, R, Wyss, CA, Oechslin, EN, Kaurmann, PA. Isolated ventricular noncompaction is associated with
coronary microcirculatory dysfunction. J Am Coll Cardiol 2002; 39:450.



Co tim khong dong dic co thé két hop voi bat thuong khac :

- Vi noi tat ddong mach vanh cé thé dugc két hop voi cac bat
thuong duong ra that trai hay that phai bam sinh, chang han nhu hep
16 van ddng mach pho1 vé1 vach that nguyén ven

- Hiém théy & cac roi loan tim bam sinh khac nhu bénh Ebstein,
van dong mach chu hai manh, chuyén vi da1 ddng mach



- Ty 1€ cao qua san co be that trai da dugc nghi nhan & cac BN
V01 cac benh co tim tht phat do céc rdi loan than kinh co
(neuromuscular disorders), giong mot phan khong déng dic nhung
khong day du cac tiéu chuan khong dong dic.

- Theo khai niém WHO dé nghl bénh co tim hién dién & cac roi
loan than kinh co khong duogc xép loai nhu 13 bénh co tim nguyen
phat, bénh co tim thr phat va khong dugce phan nhom cung véi bénh
co tim that trdi khong dong dac (LVNC)

- Do d6, LVNC va qua san co bé that trai khong nén dugc sir
dung bang thuat ngit turong duong.

Richardson, P, McKenna, W, Bristow, M, et al. Report of the 1995 World Health Organization/Internation Society and Federation
of Cardiology Task Force on the definition and classification of cardiomyopathies. Circulation 1996; 93:841.



TINH PHO BIEN

- NO1 chung con chua dugce biet tuy da dugc mo ta trong
sO cac BN duoc lam siéu am tim

- Bao cao tur 34 treong hop trong 15 nam ¢ Switzerland
cho thay chiém ti 1¢ 0.014 %

- Tuy nhién, diéu nay c6 thé dugc danh gia chua dung
murc, tir khi chat lugng siéu Am duoc cai thién va hiéu biét
vé LVNC nhiéu hon s& c6 nhiéu kha ning ting 1én céc ghi
nhan

- LVNC da duoc ghi nhan ¢ tré em. Mot sO tré em biéu
hi€n ¢ giai doan so sinh va co thé ¢é phuc hoi tam thoi chire
ning that, sau d6 ton thuong mudn cé thé biéu hién khi 16n.

Pignatelli, RH, McMahon, CJ, Dreyer, WJ, et al. Clinical characterization of left ventricular noncompaction in children: a relatively
common form of cardiomvonathyv Circulation 2003 108:2672



DI TRUYEN HOC

- LVNC c6 thé mang tinh gia dinh. Trong NC, 6 / 34
BN (18%) c6 bénh sur gia dinh LVNC

Va1 gene khac bi¢t da dugc phat hién :

- Cac dot bién bat thuong ¢ gene G4.5 ma s6 cho
tafazzins, cling co thé gap trong ho1 chirng (Barth)

Murphy, RT, Thaman, R, Blanes, JG, et al. Natural history and familial characteristics of isolated left ventricular non-compaction.
Eur Heart J 2005; 26:187.

Pipnatelli, RH, McMahon, CJ, Dreyer, WJ, et al. Clinical characterization of left ventricular noncompaction in children: a
refatively common form of cardiomyopathy. Circulation 2003; 108:2672.

Bleyl, SB, Mumford, BR, Thompson, V., et al. onatal, lethal noncompaction of the left ventricular myocardium is allelic with
Barth syndrome. Am J Hum Cdhat 1997; 61:8%%. P y



- Dot bién (P121L) ¢ gene ma hoa cho alpha-
dystrobrevin, cytoskeleton protein, va y€u to sao

chép NKX2.5 dugc xac dinh ¢ gia dinh c6 LVNC va
bénh tim bam sinh

- Cac dot bién o gene Cypher/ZASP dugc xac
dinh trong mot gia dinh va 3 truong hop khac

- Locus trén chromosome 11p15 1ién hé vai tinh
tro1 LVNC trong mot gia dinh

Xin% Y, Ichida, F, E{Iats oka, T, et al. Genetic analysis inl\ﬁ)aItients with left yentricular
onctompaction and evidence for genetic heterogeneity. Mol Genet Metab 2006; 88: /1.



CAC BIEU HIEN LAM SANG

- Biéu hién chinh: suy tim, loan nhip nhi va that va cac bién co
tac mach. Trong NC 16 BN ¢ Sw1tzer1and thot gian trung binh tur
khoi dau T/C dén chan doan chic chin 1 3.5 nim

- C4c biéu hién nay cling dugc mo ta & 34 bénh nhan tir cac tac
g1a tuong tu

- Trong chan doan, cac biéu hién 1am sang bao gom :
+ Kho thd — 27 bénh nhan (79%)
+ NYHA 11l hay IV — 12 bénh nhan (35%)
+ Pau nguc — 9 bénh nhan (26%)

+ Rung nhi man tinh — 9 bénh nhan (26%)

Ritter, M, Oechslin, E, Sutsch, G, et al. Isolated noncompaction of the myocardium in adults. Mayo Clin Proc 1997; 72:26.

Duru, F, Candinas, R. Noncompaction of ventricular myocardium and arrhythmias. J Cardiovasc Electrophysiol 2000; 11:493.



- ECG thuong la bat thuong (32/34 BN trong thong bao no1 trén),
khong co6 thay do1 dac trung: bao gom RBBB, block bo, AF, VT.

- Tién luong tot dugc gm y ¢ 45 BN LVNC. Trong thoi gian theo
doi trung binh 14 46 thang, song sot khong can ghép tim 1a 97%.

- Tién lugng tot hon trong cac BN khong c6 triéu ching trong
thoi gian chan doan.

- O 65 BN khac, cac bénh nhan khong r6 tri¢u ching khong co6
cac bién co tim mach qua trung binh 43 thang theo doi.

- So sanh voi cac BN ¢6 tri€u chirng, cac BN nay tre, ty 1€ ECG
bat thuong thap hon, chirc ning tam thu tot hon.

Oechslin, EN, Attenhofer Jost, CH, Rojas,.JR, et al. Long-term follow-up.of 34 ad with jsolated left
ventplcular noncompacﬁon A distinct cardiomyopathy with poor prognogls. J Am (Q, ﬂCal’dﬁ) %OOO; 36:493.



CHAN DOAN
-Chan doan xac dinh bang SAT.

+ MRI, CT va chup budng tim trai 1a cac phuong phéap
hinh anh khac giap chan doan nhitng truong hop nghi ngo

-CD phan biét:
+ Bénh co tim gian
+ Bénh tim do ting huyét ap

+ Bénh co tim phi da1 mom (apical hypertrophic
cardiomyopathy)

+ Bénh tim thAm nhiém va bénh ndi tAm mac tim thAm
nhi€m eosinophilic



Sieu am tim (Echocardiography)
- Tiéu chuan siéu 4m tim cho chan doan LVNC d3 duoc
dé ngh1 gdbm:

+ Khong co6 bat thudng tim cung ton tai

+ Day phan doan thanh co tim that trai bao gom
co 2 10p:
L&p thuong tam mac dong dac mong va 1op nd1 tam
mac cuc ky day voi cac co be chiem wu thé va cac
ngach sau
Ty 1é co khong ddng dic vdi co dong dic 2:1 & cudi
tam thu vo1 do day thanh co tim go1 y cho chan doan
LVNC v&1 dd nhay cam va dac hi€u cao.

Frischknecht, BS, Jost, CH, Oechslin, EN, et al. Validation of ngncompaction criteria in dilated
cardiomyopathy, and valvular and hypertensive heart disease. J Am Soc Echocardiogr 2005; 18:865.



(tt echocardiography)
- Hinh mo ta gitta hai 16p dugc phac hoa tot nhat & mat
cat truc ngang canh wrc

- Khu vuc chiém wu thé cua bénh ly ¢ thanh bén gitra
mom va cac khu vuc dudi gitra cua that trai

- Phan 16n cac doan khong dong dic c6 tinh trang giam
dong

- Bang chirng Doppler mau cua dong trong cac ngach
11én co be duoc tud1 mau sau.



(tt echocardiography)
- Cau trac hai 16p va thanh day 100% cac ca, cac ngach
da duogc tudlt mau 95%, va cac doan giam dong 89%

- Cac dau ching khac ¢6 thé dugc nhin thay trén siéu
am bao gom chirc nang tam thu giam, ro1 loan tam truong,
cuc mau dong that tra1 va cau truc co nhu bat thuong

- Siéu Am twong phan co thé gitip goi ¥ nhung khong
phai dau chirng chan doan.



Tam soat gia dinh (Family screening )

- Cac NC vé di truyen khong duogc khuyén cao
tong quat, nhung tam soat siéu am gia dinh dugc goi

y

-Gia tri tiém tang cua phu’O’ng phap nay da duoc
mo ta trong NC tam soat gia dinh mot cach hé thong

045 BN co LVNC

- 8 trong 0 32 nguo’l than khong tri¢u chu:ng CO
bat thuong siéu am gom LVNC, LVNC c¢ 01 loan
chirc niang tAm thu va 16n that trai khong c6 LVNC

Murphy, RT, Thaman, R, Blanes, JG, et al. Natural history and familial characteristics of
isolated left ventricular non-compaction. Eur Heart J 2005; 26:187.



Cong hwéng tir tim mach (Cardiovascular magnetic
resonance)

- Pic trung bang 16p co tim khong dong dic & that trai

- Hi€u qua cua CMR da dugc Iu’O’ng 214 trong th@ng bao
& 7 BN c¢6 LVNC. Két qua so, sanh voi 170 tinh nguyen
khée manh, van dong vién thé thao hay cac BN c6 bénh co
tim gidn hay phi dai, bénh tim do ting huyet ap, hay hep
dong mach chu Cac dau chirng sau day da dugc ghi nhan:

+ Cac khu vuc khong déng dic thuong xuat hién mom
va cac doan thanh bén ¢ tat ca cac nhom

+ Dau chitng phan biét tot nhat: ty so khong déng dic
so vO1 co tim dong dac >2.3 trong thi tam truong (40 nhay
cam 86% va dd dac hicu 99%).

Petersen, SE, Selvanayagam, JB, Wiesmann, F, et al. Left ventricular non-compaction: insights
from cardiovascular magnetic resonance imaging. J Am Coll Cardiol 2005; 46:101.



TIEN LUQONG

Tu NC 34 BN (trung binh 42 tudi) dugc mo ta o
trén. Cac dau chirng sau dugc ghi nhan 44 thang
theo doi.:

- 53% ¢06 suy tim do1 ho1 nhap vién.

- 41% c6 nhip nhanh that, v6i 12% nhan duoc
may khu rung tim (ICD)

- 24% ¢ bién ¢6 tic mach

- 35% d3 tr vong, bao gom 6 dot tir

- 12% da dugce ghep tim

Oechslin, EN, Attenhofer Jost, CH, Rojas, JR, et al. Long-term follow:up of 34 adults with
|sofétedr\e?t ventricular noncofnpaét%nl. ,Ed:!StInCt carcﬂo%yopat ywvl\{hu oor progrlljosslsv.vI Am

Coll Cardiol 2000; 36:493.



- Xac suat song sot thoat chét hodc ghép tim
trong 5 nam la 58%. NC khac cung da dugc ghi
nhén rang loan nhip that va nhi 1a NN thong thudng
ciia bénh suit va tir suat

-Tién luong ngan han c6 thé tot hon & tré em,
bénh thé hién ¢ giai doan so sinh

-Tu suat trong 3 nam la 14%. Mot sO tre em the
hién ¢ gia1 doan so sinh ¢6 su phuc ho1 tam thot cua
chirc nang tiép theo bang ton thuong trong 3 dén 12
nam co thé dan dén bicéu hién ¢ nguoi 1on.

Duru, F, Candinas, R. Noncompaction of ventricular myocardium and arrhythmias. J Cardiovasc
Electrophysiol 2000; 11:493.



PIEU CHINH

Khong c6 tri liéu ddc hiéu cho LVNC. Diéu chinh néi khoa véi
cac biéu hién LS, LVEF va su hién dién hay vang mat cua loan nhip :

- Cac bénh nhan c6 LVEF giam can dugc di€u tr1 voi tri liéu no1
khoa chuan cho cac ro1 loan nay

- Tri liéu warfarin kéo dai thuong duoc khuyén cao cho cac bénh
nhan c¢6 rung nhi va hoac LVEF <40%

- Theo do1 monitoring can duoc xem xét mot 1an mot nam dé phat
hién loan nhip khong c6 triéu chimg. Khi c6 cac tu liéu cac chi dinh
tr1 lieu ICD tuong tu nhu nguoi c6 bénh co tim gian

Gheép tim can duogc xem xét cho cac BN c6 LVNC c6 suy tim giai
doan cudi.

Oechslin, EN, Attenhofer Jost, CH, Rojas, JR, et al. Long-term follow-up of 34 adults with isolated left ventricular
noncompaction: A distinct card]omgopathy with poor prognosis. J Am Coll Cardiol 2000; 36:493. _ _
Stamou, SC, Lefrak, EA, Athari, FC, et al. Heart transplantation in a patient with isolated noncompaction of the left ventricular


http://embedded/utod/utd?type=4&displaytype=1&file=Drug_L_Z/280743&drug=true

Loan nhip that va dot tir 1a cac bién chimg 16n

- SCD c¢0 thé€ xuat hién bat ky tud1 nao va hién nay
khong co ky thuat 1am sang htru ich cho phan tang nguy co
loan nhip that nguy hiém vo1 bénh nay. Thuong co loan
nhip that du khong co suy chirc nang tam thu

-Khoang 40% tré em LVNC dugc chirg minh bang tu
11€u loan nhip that phirc tap

- Cac dur i€u LS cho thay dot tir 1a NN thu:ong gap nhat
cho tir vong. Mic du khong c6 nghién ctru vé tugng la1 hay
sO l1€u dang ky, cé du dir lieu quan sat chi ra rang cdy
ICD la chién lwoc dé giam nguy co dot tir la chién lwoc
lam sang hop Iy



Thét trai khéng déng dic don thuin & mau xét nghifm giai phau bénh, chi ra & mat cét
truc ngin. Ghi nhén 1ép thwong tAim mac va 1dp nd1 tim mac cé qua san co bé va cac
ngach sau. Theo Willlam D. Edwards, IMD, Department of Laboratory IMedicine and
Pathology, Mayo Clinic, Rochester, M.



M3t cat truc ngan cua siéu &m hat chifu cudi tim thu o bénh nhén that tréi khong dong
dic don thuan. Ty I€ co tim khong dong déc va co tim dong déc (gilta tring va do) la
2.2:1. T§ 18 22:1 cubi thm thu véi b# day thanh tim dwoc xem xét chn dodn thét trai
khong dong dic. Ty 18 22:1d61 khi dwoe nhin thay ¢ cac bénh nhan cé bénh co tim gian,
nhung khdng cé bé day cia thanh tim.



Thét trai khéng déng dic CMRI




XIN CAM ON SU CHU Y THEO DOI CUA
CAC QUY THAY VA CAC QUY DONG NGHIEP'!



